We report a female baby with multiple congenital anomalies including left upper amelia, congenital short bowel with malrotation-and pseudo-obstruction, dextrocardia with situs solitus, patent ductus arteriosus, and a tiny atrophic spleen. Chromosome study showed de novo 46,XX/46,XX,-4,+r(4) (pl6->q22.3)/ 47,XX,4,+r(4) (pl6->q22.3),+del (4) 
Limb deficiency defects are relatively rare, particularly in chromosomal aberrations such as segmental autosomal monosomies or trisomies. The occurrence of ectrodactyly or its equivalents in patients with del(4q) and r(4) in several cases' sugggested that the genes related to limb deficiency may be assigned to the tips of 4p and 4q.1 We describe a patient with congenital short bowel with midgut malrotation and pseudo-obstruction, dextrocardia, and dysplastic spleen as well as amelia, as a result of del r(4) mosaicism. tation of the fourth portion of the duodenum and upper jejunum (the dilated part was 15 cm in length and 4 cm in diameter) and only a residual terminal ileum of about 15 cm from the level of the obstruction to the ileocaecal valve. No evidence of pyloric hypertrophy was noted. The colon was normal. The upper gastrointestinal series also showed short bowel with segmental dilatation below the duodenum with midgut malrotation (fig 2B) . Congenital short bowel with pseudo-obstruction was diagnosed. The spleen was abnormal with only a 1 x 1 cm infarcted section of spleen present. Resection of the dilated part of bowel loop, subsequent end to end anastomosis, and excision of the atrophic accessory spleen were performed without complications. Histopathology of the resected intestine showed diffuse congestion and oedematous changes with inflammatory cell infiltration. Ganglion cells and nerve bundles were present throughout the whole intestinal segment. The structure of villi was intact.
Dextrocardia with situs solitus, patent ductus arteriosus, and incomplete patent foramen ovale with a left to right shunt were documented by echocardiography. Sonographs of the brain, liver, and kidneys were all negative. Liver scan with Tc-99m phytate showed no spleen uptake shadow postoperatively. Chro The most extreme form of abnormality of the extremities is total absence (amelia); this is rare and may be associated with other nonlimb malformations owing to mendelian inheritance or chromosomal aberrations. 4 The recognition of the cytogenetic basis of LDD is of importance because it may influence the individual prognosis and genetic counselling. Disturbed development of the limb buds has been mentioned in cases with ring chromosome 4 and deletions in 4q33, 4q, 7q21.3 q22.1, 2q3 1, and 6q21.1Thus, chromosome study is recommended in cases with LDD.
Congenital short bowel syndrome has rarely been reported since the first case report in 1969.6 This syndome is usually associated with malrotation and clinical features similar to those following massive intestinal resection.7 It is quite different from another syndrome of congenital short intestine in association with pyloric hypertrophy and malrotation. The latter is the result of an absence or diminution of argyrophil ganglion cells in the small intestine wall.8 Dextrocardia with normal situs is much less often seen than dextrocardia with total or partial situs inversus.9 Dextrocardia is caused by formation of the cardiac loop to the left instead of to the right. This case is the first report of such cytogenetic changes associated with both congenital short bowel syndrome and dextrocardia with situs solitus. Short bowel syndrome encompasses a spectrum of metabolic and physiological disturbances7 resulting from massive anatomical or functional diminution of the small bowel in this patient. Home parenteral feeding may allow long term survival, but the prognosis in this case will be not good because of the susceptibility to infection because of asplenia.
